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Heab. N3y4uTh KIMHUKO-TeHETUYECKHE OCOOCHHOCTU MTOPAXKEHWSI OPTaHOB AbIXaHUS MpU MyKoBucuuaose (MB)
y IeTell ¥ TIOAPOCTKOB UTSI ONTUMM3AIINY TeParieBTUICCKIX MEPOTIPUSITHIA.

Marepuajsi 1 MeToabl. O6cienoBaHbl 56 601bHBEIX M B B Bo3pacte ot 2 Mec 10 24 JerT, xkuteieir Yamyprckoit Pec-
nyoauku (YP). MU3ydeHbl anuaeMuoorniyeckue v reHeTuueckue ocooeHHocTu 3abosieBaHus B YP. [1poBeneHbl
KIMHUYECKUE, PEHTTeHOJIOTUYeCKe, (DYHKIIMOHAbHBIE 1 MUKPOOMOJIOTMUECKIE UCCIIeIOBAHMS TbIXaTEeTbHOM CH-
cTeMbl y 00bHBIX M B.

PesyabraTsl. YcTaHOBJIEHO 60Jiee yacToe (OPMUPOBAHUE TSXKETBIX CTPYKTYPHBIX U3MEHEHUI OPOHXOJIETOUHOMI
cuctembl nipu reHoture delF508 u xpoHudeckux undexuusax Pseudomonas aeruginosa, Staphylococcus aureus.
[MonryyeHHBIE KTMHUKO-TEHETUIECKNE TTapaJIe]Id yKa3bIBalOT Ha 11eJIecO00pa3HOCTh BhIIEICHUST Hanboee
yTrpoXXKaeMbIX B IUIaHE TTPOTHO3a TI0 TSKEJIOMY ITOpPakKeHWI0 OPraHOB AbIXaHUS TPYII MalueHToB ¢ MB st
OINTUMM3ALINH TePAIIEBTUICCKUX MepOoTIpusATHii. OCBEIIeHB HEKOTOPBIC ACIIEKTHI COBPEMEHHOM MYKOJUTHIE-
CKOIf Teparuu 3a00JieBaHUSI.

KimoueBble clI0Ba: MyKo8ucyid0o3, pacnpocmpanesHocms, eenomun, mymauus delF508, opearuvr Ovixanus, cuneeHotiHas
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CLINICOGENETIC FEATURES OF THE RESPIRATORY SYSTEM DAMAGE IN CYSTIC FIBROSIS

T.V. Simanova, A.M. Ojegov
Educational institution of the higher education «Izhevsk National Medical Academy»

The aim is to study the clinicogenetic features of the respiratory system damage in cystic fibrosis (CF) in children and
adolescents to optimize therapeutic activity.
Materials and methods
56 cystic fibrosis patients at the age of 2 months — 24 years, people of Udmurtia Republic (UR), were examined. The
epidemiological and genetic features of the disease are studied in UR. Clinical, roentgenologic, functional and
microbiological research of the respiratory system in CF patients are realized.
Results

A more frequent formation of the severe structural changes of the bronchopulmonary system in the presence of geno-

type delF508 and Pseudomonas aeruginosa, Staphylococcus aureus chronic infection is ascertained. The obtained

clinicogenetic parallels denote advisability of extraction of the most threatened (according to prognosis on severe
damage of the respiratory apparatus) groups of CF patients to optimize threapeutic activity. Some aspects of the con-

temporary mucolytic therapy of the disease are covered.

Key words: cystic fibrosis, prevalence, genotype, delF508 mutation, respiratory apparatus, Pseudomonas aeruginosa,
Staphylococcus aureus infection, respiratory function, mucolytic therapy, Dornase alpha

Beenenne JIMYEHNEeM TPOAOJLKUTEIbHOCTA KU3HU OOJBHBIX Ha
MyxkoBucuyao3 (MB) — onHO U3 4yacTbIX HACTAEACT- ¢doHe HOBBIX MOAXOM0B K JeyeHuto. HayuHble uccieno-
BEHHO OOYCJIOBJIEHHBIX 3a00JIeBaHUI ¢ MOJMOpPraHHOMN BaHUA B O0JIACTU T€HETUKM, SMUIEMUOIIOTUM, COBEP-
MaHudecTauueid, XxapakTepusyolieecss paHHUM U TS- 1LIEHCTBOBAaHMSI Tepanuu 1 peadbunuraunu npu MB cro-
JKeJIbIM MOpaK€HUWEM OpraHOB JbIXaHUs, HeOJaronpu- COOCTBYIOT YIYYIIEHWIO KayecTBa XW3HU OOJBHBIX

SATHBIM ITPOTHO30M. Ha COBPEMEHHOM JTarie HpOﬁHCMa 1 YBECJIMYECHUIO €€ MPOAO/LKUTEIIBHOCTU, KOTOpAasi B HA-
MB npuobpeiia BaXHOE MEIUKO-COLIMATBHOE 3HAYEHHE cTosIIee BpeMsl B pa3BUTBIX CTPaHAX COCTABIISICT OKOJIO
B CBSI3U C BO3MOXXHOCTSIMU paHHEH TMarHOCTHKM, YBe- 40 ner [1-3].
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HOAWHUULUUCT

Lenp nccnemoBaHuss — U3YYUTh KIMHUKO-TEHETH-
YeCKMe OCOOCHHOCTH TOPaXKEHUsSI OPraHOB JBIXaHUS
npu MB y neTeil u moagpOCTKOB J1s1 ONITUMU3ALIUMU Tepa-
MMeBTUICCKUX MEPOIIPUSITHIA.

Marepuanbi H MeToAbl

OGcnenoBanbl 56 mauueHTOB Pecry0aMKaHCKOro
1eHTpa MB Ynmyprckoit Pecriyommku (YP) B Bo3pacte
oT 2 mec 110 24 net: 42 pebenka g0 17 neT u 14 B3poCIbIX.
IIpoBeneH peTpoCcneKTUBHbIN aHAIU3 MEAULIMHCKOM 10-
kymeHTanuu. Jlnarno3 MB BepuduimpoBaH B COOTBET-
CTBUM C MEXIYHAPOIHBIMU TMATHOCTUYECKUMU KPUTE-
pusimu [2]. Bcem mainmeHTaM BBITIOJTHEHBI MOJIEKYJISIP-
HO-TEHETMYECKOe MCCIIeAOBaHME, PEHTIeHoTrpadust op-
TaHOB TPYIHOM KJIETKM, 3XOKapauorpadusi, KOJIMIeCT-
BEHHBIN 0aKTepHOJOTUYECKUI MOCeB MaTepHraia (MOK-
poTa, OpOHXWAIBHBIN CEKpeT, puHOMapUHTeaTbHbIC
CMBIBBI) Ha CEJICKTUBHBIX cpenax. MccnenoBanue (pyHK-
umu BHenrHero abixanusi (OBJ1) npoBoaUIoCh METOIOM
MMKPOIIPOIIECCOPHOI CITMPOMETPHH Y TAIIMEHTOB B BO3-
pacte ot 5 JieT. PeHTreHOBCKasi KOMIIbIOTEpHAsi TOMOrpa-
(st opraHoOB rPyIHOI KJIETKY BBIMOJHEHA 39 OOJIBHBIM
B CIMPAJbHOM pPEXUME CKAaHWPOBAHUS TIPU HATUUUM
noxka3anuii. CTaTUCTUYECKUI aHAJIU3 BKJIIOYAJl ITapame-
TPUYECKUE W HeTlapaMeTpUUeCKre KPUTEPUM, KOPPEeIs-
LIMOHHBINM aHanu3. MccrenoBaHue MpoBeneHO B COOT-
BETCTBUM C TpeboBaHUsIMU KoMuTera mo 61M03THKE.

Pe3ynbratbl H 006cyHaeHue

B VP o6miag 3a6oi1eBaemocts nereit ot 0 1o 17 jer
B 2007 1. coctaBmiia 0,112%0, 10151 B3pOCIBIX OOJIBHBIX —
25%, 94TO CBUIETEIBCTBYET O JOCTATOYHO XOPOIIMX I10-
KazaTeJsIX MPOIOKUTEIbHOCTH XXU3HU U COOTBETCTBY-
eT gaHHbIM 1o Poccuiickoit ®enepauuu [1, 3]. dau-
TEJIbHOCTh TEUEHUsI OOJIE3HM Y TAIIMEHTOB, POIUBIINX-
cs1 B 1978—2000 IT., K MOMEHTY YCTaHOBJICHMS TUArHO-
3a BapbupoBaia ot 1 mec no 14,6 rona. CpenHuii Bo3-
pacT Ipu YCTaHOBJIEHUHM AuarHo3a coctanui 3,1+0,3 ro-
na. IMonynsauuonHasa uvactota MB B YP cocraBuna
1:9634 HOBOPOXJIEHHBIX (IO JAHHBIM HEOHATATBHOTO
ckpuHuHra B 2007 1.). I1peobmagator cMermaHHbIe hop-
MbI 3a6oneBanust (71,4%), DO MPEeUMYIIECTBEHHO Jie-
ro4YHbIX (hopM coctanisieT 23,2%, KuliedyHbix — 5,4%.

[eHeTnueckoe obOcaemOBaHKEe MTOKa3aio, 4To 35,7%
xpomocoM 00sbHBIX MB YP Hecyr myraumio delF508,
3,6% uMeloT apyrue uaeHTuuLIrpoBaHHeie, a 60,7% —
HeugeHTHGUIMpoBaHHbIe MyTauuu. [Ipu satom y 45%
nmauueHToB ¢ reHoturnioMm delF508 myrtamust BbIsIBIeHa
B TOMO3UTOTHOM IOJIOXEHUH, Y 55% — B KOMIayHIHOM
COCTOSIHMM C HEU3BECTHOH MyTanmeil. OTHOCUTEIbHO
Hu3Kas ydacrtota delF508 myrammu B YP cormacyercs
C TaHHBIMM O YaCTOTE B PETMOHAX MPOKMBaHUS (PUHHO-
YTOPCKUX TTOMYJIsIumii [4].

PecniuparopHubiii cuHapom nipy MB mposiBisietTcs
y TpeTu OOJIBHBIX YK€ B TIePBbIC MECSIIIBI XKM3HU XapaK-
TEPHBIM KallJIEM C BI3KOM, TPYAHO OTAEISIEMOA MOKPO-
TOU CIM3UCTO-THOMHOIO WJIM THOWMHOTO XapakTepa.
Bsizkuii OpoHXUaNbHBINM CEKpeT HapyllaeT MYKOLWIN-
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apHBIl KJIIMPEHC, UTO BBI3bIBAET KOKJIIOIIEOAOOHBIN
1 3aKaHYMBAIOLINICS pBOTOI Kamrenab y 35,7 n 17,9%
OOJIBHBIX COOTBETCTBEHHO. JlOCTOBEpHO ualle My4yM-
TeJbHBIM KallleJIb BCTPEeYaeTCcs Y MallMeHTOB — FOMO3H-
rot no mytauuu delF508 (p<0,05).

[TopaxkeHre OGPOHXOJIETOYHOM cucTeMbl HaOIOIA-
eTcd y Bcex rmanueHToB ¢ MB. Hanbonee yacto ¢popmu-
pyeTcsl XpOHUUECKMIA THOMHbBIA OOCTPYKTUBHbII OpPOH-
xut (67,9%), pexe — XPOHUYECKUI OOCTPYKTUBHbIIA
OpoHxut yierkoro teyeHus (32,1%, p<0,001). Yactora
XPOHMUUYECKOTO OOCTPYKTMBHOTO OpPOHXMTA JOCTUraeT
88,9% y romosurot delF508, 69,4% — mnpu HeUuIeHTHU-
(pULIMPOBaHHOM T'€HOTHIIE.

ITo Mepe nmporpeccupoBaHus 00JIE3HU Y AETeil pa3-
BUBAIOTCSI Pa3IMUYHBIC OCJIOXHEHHS, B TOM YHUCJIEC U CO
CTOPOHBI OPTaHOB JBIXaHUS, OIPEACIISIONINE TTPOTHO3
IUIST )KU3HU. BpOHX03KTa3bl M KMCTHI, BCJCACTBUE IECT-
PYKTHUBHBIX IIPOILIECCOB B OPOHXMATBHBIX CTEHKAX U JIe-
TOYHOM TMapeHXMMe, 3HAaUYUTEJIbHO daiie (popMupoBa-
JINCH Y TTALIMEHTOB, TOMO3UTOTHBIX 110 MyTauuu delF508
(77,7%), yem npu HeuaAeHTU(DULIMPOBAHHOM T€HOTHUIIE
(33,3%, p<0,05). Kitunnveckue 1 peHTTeHOJIOIMYECKUe
MIPpU3HAKU OOCTPYKTUBHOM SM(PU3EMBI TUATHOCTUPOBA-
Hbl y 41,6% nauuenrtoB. Yaiie popMupyercs ampusema
y romo3urort 1o delF508 (88,9%) no cpaBHEHUIO C KOM-
nayHaamu 1o gaHHoi mytauuu (36,4%, p<0,05) u na-
IIMEHTaMU C HEMICHTUDUIIUPOBAHHBIM TEHOTUIIOM
(36,1%, p<0,01). ATenekTazpoBaHUE JIETOYHOM MapeH-
XUMBI BCIEACTBUE JTOKAJTHLHOTO OOCTPYKTUBHOIO 3HIO-
OpOHXHMTAa OMATrHOCTUPOBAHO y KaXXIOTO YETBEPTOTO
o6ombHOTO. IMpy myrauun delF508 arenexrassl opMu-
pytotcst noctoBepHo vatie (x* =11,917, n=1, p<0,001).

ITHeBMO(UOPO3 pa3IMUHOM CTeNeHN BBIPAKEHHOCTH
JMarHoCcTUpoBaH y 64,3% OOJIbHBIX, Yalle IIPU TeHOTUIIE
delF508 (85,0+8,2%), yeM npu HEMACHTU(PULIUPOBAHHBIX
mytausx (52,8+8,3%, p<0,02). KpoBoxapKaHbe OCIIOX-
HWJIO TedyeHue 6os1e3Hu y 7,1% MnauueHTOB ¢ OOIIUPHBIMU
JNEeCTPYKTUBHBIMU W3MEHECHUSIMU JICTKUX, BCTPEUYACTCSI
tonbko mipu reHoturie delF508. XpoHudeckoe JierouyHoe
cepate chopmupoBanoch y 30,4% moapoCTKOB U B3pOC-
JIBIX, IPEMMYILLIECTBEHHO y romo3urot o delF508 (77,8%),
41O yalle, 4yeM y rerepo3urot (18,2%, =3,12, p < 0,02).

[1pu ananu3e MUKPOOHOTIO Mnei3axka OpoHXUaTbHO-
ro cekpera 0oJibHbix MB BoisiBlIeHO npeo0OanaHue P.
aeruginosa, S. aureus. XpoHUYeCKOoe WHOUIIMPOBAHUE
pecrmupaTopHOTO TpakTa P. aeruginosa MMarHOCTAPOBA-
Hoy 39,3%, S. aureus — y 76,8% naLneHTOB, IIOCTOSIH-
HOe oOHapyXeHue accounauuu P. aeruginosa u S. aureus
Habmonaercs y 32,4% obcieqoBaHHbIX.

Hawubonee yacto P. aeruginosa BbISIBASIETCS TIPU Te-
Horture delF508 (65,0+0,9%), yem y maiueHTOB 0e3
JaHHoi mytauuu (25,0£7,2%, p<0,01). Y roMO3UTOT 110
delF508 Gomee pacmpoctpaHeHa MHbeKus P. aerugi-
nosa (90,0+10,6%) 1o cpaBHEHUIO C TeTePO3UTrOTaAMU
(45,45+£15,7%, p<0,05). Accoumauusi P. aeruginosa
U S. aureus 4alle BBISIBJISICTCS Y TTAIIMEHTOB C TCHOTUIIOM
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delF508 (55,0£11,4%), pexe — mnpu IeHOTUIIE NON
delF508 (19,4%6,59%, p<0,02).

Yactota hopMUpoBaHUS CTPYKTYPHBIX ITOpaxke-
HUIl OpraHoOB IBIXaHUS CBSI3aHA C HaJIWYMEM MYyTalluu
delF508 u xpoHumueckoil mHpekumeir P. aeruginosa.
Tak, Mexay yacToToil (GOpMUPOBAHUS OPOHXOIKTA30B,
KUCT, 9M(PU3eMbl, MTHEBMO(GUOPO3a, JErOYHOTO Cep/-
1a, moJuIoB Hoca u myTauueit delF508 HabmomaloTcs
IOCTOBEPHBIC TIPSIMBIC CBSI3M YMEPEHHOM CHUJIBI (CM.
PUCYHOK). AHAJIOTUYHBIE 3aBUCHMOCTH BBISIBIICHBI Me-
KOy TEMU K€ TT0Ka3aTeJIMMU M XPOHMYECKON MH(pEeK-
nueit P. aeruginosa. CyliecTByeT CUJIbHAS CBSI3b MEXIY
XpOHMYECKOI MHpeKIueit P. aeruginosa u TEHOTUIIOM
(r=0,739; p<0,01), ipsiMast 3aBUCUMOCTb CPEIHEI CH-
el Mexnay reHoturnom delF508 u wactoToit mHGULIM-
poBaHMs accouuauueir S. aureus u P. aeruginosa
(r=0,603, p<0,01), yacroToii uHbekuuu P. aeruginosa
n TaxecTbio MB mo moagmdunupoBaHHONM IIKale
IlIBaxmana — Bpacduiabaa (=0,668, p<0,01).

Tsxenoe mopaxkeHnue jgerkux rpu reHorurie delF508
OIIpeIeIISIET TOCTOBEPHO OoJtee HM3KMe nmokaszarean @B/
TI0 CPAaBHEHMIO C TPYIIIOI MAIlMeHTOB C HEMACHTUDUIIN-
POBAaHHBIM T€HOTUIIOM. MBI TIOJNyYMIIM Oojiee HU3KHUE
TokKazarean Xu3HeHHou eMkoctu jerkux (KEJI) —
71,47%2,74 1 81,44+1,68% cootBetrcTBeHHO, p<0,01; bop-
CUPOBAHHOM >KM3HEHHOM emkoctu Jjerkux (PXKEJ) —
74,36%3,21 u 85,77%+1,64%, p<0,01; NMKOBOI CKOPOCTU
Boimoxa (ITCB) — 64,27+3,72 u 82,39+2,54%, p<0,001;
MaKCHUMaJIbHOI 00bEMHOI CKOPOCTH TIOTOKa B CEpeu-
He Bbimoxa (MOCs) — 60,23+4,61 u 77,10+3,77%,
2<0,02; mMakcuManabHONM OOBEMHOI CKOPOCTH ITOTOKA
B TOUYKE, COOTBETCTBYIOIICH OCTaTOYHOMY OOBEMY
®XKEJ 25%, (MOCss) — 58,30%£5,20 u 73,18%+3,79%,

HIAUHUULUUCT

2<0,05. YcraHoBIeHO 00JIce BBIpa)KeHHOE OTpaHUYCHNE
OpOHXMAJTBHOI TPOXOAUMOCTH Y TOMO3UTOT T10 CpaBHE-
HUIO C TeTEPO3UTOTaMi. 3HAUYUTEIBHO OTIMYAJIMCH T10-
kazareau I1CB (57,41+4,47 u 73,43+4,32%, p<0,05),
MOCs (51,33%£5,71 u 72,10%£5,43%, p<0,05), MOC:s
(50,85%4,63 u 66,05+4,31%, p<0,05).

B xome KOppensIIMOHHOIO aHajiu3a YCTaHOBJICHO,
YTO CTETeHb HAPYIIEHUS OPOHXWAIbHON MPOXOIUMO-
CTU TakxXe cBg3aHa ¢ HannuueM Mmytanuu delF508
¥ XpOoHMYecKoil nHdpekumneir P. aeruginosa. Tak, Mexmy
nokasarensmMu 2KEJI, ®KEJI, oobeMa hopcrpoBaHHO-
ro Beigoxa 3a 1 ¢ (O®B:), [ICB, MOC:s, MOCsou MyTa-
el delF508 HabmromaroTcst 0OpaTHBIE CBSI3M YMEPEH-
HOW CUJIBI.

Tsokenmble TTOpakeHWsST OPTaHOB IBIXaHUS y HAIIMX
MallMeHTOB, HECOMHEHHO, CBSI3aHbI 1 ¢ IO3THUM Hava-
JIOM TOJITHOLIEHHOM 0a3uCHOM Tepanuu y OOJbIIMHCTBA
0osbHBIX. JIeueHMe MUKpocheprnidecKUM (pepMeHTaMu’
(Kpeon) n kunesutepanus npooaarcs B YP ¢ 2000 i,
npodUIaKTUIECKe KypChl aHTMOAKTepUaIbHON Tepa-
mun — ¢ 2002 1., cybTepaneBTUYeCKNe J03bI MaKPOJIH-
moB — ¢ 2005 r. Jopnaza anbda (Ilynmpmosum,
«®. Xoddmaun-Ja Pour Jta.», LBeituapus) npume-
Hstetcs Hamu ¢ 2005 ., 1 B Hacrosiiee BpeMs 39 maiu-
€HTOB, MMEIOIINX IPaBO Ha JIbTOTHOE JIeKapCTBEHHOE
obecrieueHue, MoayJaloT PeTyIsIpHOe JIeUeHUE.

Hammu TpexieTHUEe KIMHUKO-(DYHKIIMOHATIbHBIC
HabOaoAeHUs 3a 00JbHBIMU, NojydatromumMu IlyabMo-
3UM, TI0Ka3aJii ero BBICOKYIO 3(pdpeKTuBHOCTL. Jlop-
Haza ajnbda — Ipernapar, MO3BOJSIONINN pa3pelnThb
npo0JieMy BBICOKOI BSI3KOCTU OPOHXMAJIbHOTO CEKpe-
Ta npu MB, o0ycioBjieHHON OGOJIbLINM KOJIUYECTBOM
oakrepuanbHoii JIHK. ExenHeBHast MHraiasiLiuoHHast

Tepanusa IlyrbMo3uMoM B code-

TaHUU C APYTMMU BUAAMU Jieye-
BponxoskTasbl Kuctsl nerkux [THeBMOGUOPO3 HUA (KI/IHCSI/ITepaHI/IH, 6p0HXOJI1/1—
TUKM U aHTUOMOTUKMN) MPOBOAM-

=0,354 =0,354 =0,473 =0,516 =0,363 =0,323 nach 25 manueHTam ¢ MB B Bo3-

Mytauus
delF508

XpoHuueckasi
uHbeKuuns
P. aeruginosa

27 pacte ot 4 Mec no 18 jmer n 14
B3pOCIBIM 00JbHBIM. CHMXEHUE
YaCTOTbl PECIUMPATOPHBIX IMU30-
JI0B, YMEHbIIIEHUE TSIXKECTU 000-
CTPEHUI, YaCTOThl U JJIUTEJIbHO-
CTU TOCHUTAIU3ALUN U KYypCOB
BHYTPMBEHHOI aHTUOAKTepuUaib-
HOW Tepamnuu OTMEYEHO Yy BCEeX
MalMeHTOB HE3aBUCUMO OT BO3-

Y pacra 1 reHotuna. Macco-pocTo-
r=0,370 r=0,453 r=0,395 r=0,323 r=0.617 | r=0,674 Bble COOTHOLICHUSI BO3POCIH
XpoHIEcKoe AerouHoe y 87,5% mauuMeHTOB B CpeIHEM Ha

cepaite Tonumbi Hoca Ompuzema 9,6%, yay4dIIWINCh TOKAa3aTeau
KEJ, ®XEJI, O®B, ICB,

Ilpumenanue: n = 56; ro= 0,273 mst p<0,05; ro= 0,354 ms p<0,01.

MOCs0 BoIpek# TpOTHO3UPYEMO-

My HUX €XErogHOMY CHUXEHUIO.
Y 89,3% o06cienoBaHHbBIX CHU3M-

Bzaumocesnszu eenomuna u ungexyuu P. aeruginosa
¢ namonozuell OPOHX0Ae204HOU cucmembl y demell U hodpocmkos ¢ MB
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MMMpaTOpHOTO TpakTta P. aeruginosa, S. aureus.
IIpu TpexseTHEM HaOJIOIEHUU OTMETUJIM XOPOLIYIO
MEPEHOCUMOCTb M BBICOKYIO 3(p(HEeKTUBHOCTH TIpera-
parta B TpyIIIie AeTeil paHHeTO Bo3pacTa. Bece maiueH-
Thl MMEIOT BBICOKYI MPHUBEPXKEHHOCTh JECUCHUIO
n cuyutatoT [TyapbMo3uM upe3BbIYaiiHO 3DPEKTUBHBIM
IperapaToM, YIyJIIapIuM KauyeCTBO XKU3HU CEMEt.

JaKnoyeHune

Takum o6Gpazom, nopaxxkeHue OPOHXOJErOYHOM CUC-
TeMbl y JIeTeid U MoAPOCTKOB ¢ MB npoTekaeT npenumy-
IIIECTBEHHO B BHUIIE XPOHMYECKOTO THOMHOTO OOCTPYK-
TUBHOTO OpOHXUTA U TTHEBMODUOpo3a. DMbusema Jier-
KX U JACCTPYKTUBHBIM XapakTep MOPaKeHUM HUKHUX
JBIXaTeJIbHbIX TyTEl B BUAE OPOHXOZKTA30B U KHUCT
B OOJIBIIIEH CTETICHW XapaKTePHBI JUIS MAllMEHTOB C Te-
HotunoMm delF508 u xpoHWYeCKOi CUHETHOWHOW WH-
dekumeit. XpoHMYECKOE JIETOUHOE cepaiie cchopMUpPO-
BaJIOCh Y KaXIOTO TPETbero OOJBHOTO, MPEeHMYIIEeCT-
BeHHO y romosurot ¢ myrtamueir delF508. IMaiveHTs
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npu reHotune delF508 mMMmeloT BbIpakeHHBIE Hapyllle-
Huss ®BJI, npu 3TOM Hanbosiee CHUXKEHBI ITOKAa3aTeIn
OpPOHXUAIBHON TPOXOIUMOCTHU, YTO CBUIACTEIHCTBYET
0 TIPEMMYIIIECTBEHHOM ITOPaKeHUU HUKHMX OTICIOB
OpOHXMAJILHOTO JepeBa.

Perynsipnoe neuenue I[1yibMo3uMOM Tipeayrpexkiaa-
€T paHHEee pa3BUTHE HEOOPATUMBIX JIETOUHBIX OCJIOXHE-
HUM, YIY4YIlIAeT KAa4YeCTBO XWU3HU N€TEH B MEPUOM UH-
TEHCHMBHOI'O POCTa, JaeT BO3MOXHOCTb COXPAaHUTH Jie-
TOYHYIO (DYHKITNIO, OJIM3KYIO K HOPMAJIbHOM, yaydIaeT
MIPOTHO3 XXM3HU Y OOIBIITMHCTBA MAlIMEHTOB, JacT Hae-
Ky Ha JOJITYIO aKTUBHYIO B3POCIIYIO KU3Hb.

YcTaHOBICHHBIE KIMHUKO-IMArHOCTUYECKUE TIa-
paJLIe v TTO3BOJISIIOT OTHECTH ACTEH 1 ITOAPOCTKOB C Te-
Hotumnom delF508 x rpyrime pucka 1mo TSKeabIM CTPYK-
TYPHBIM TIOPaKEHUSIM OPraHOB IbIXxaHWs. PaHHee Ha-
3HaYyeHUe 3(G@HEKTUBHON MYKOJIUTUYECKON Teparun
JlopHa3oii anb(a cmocoOCTBYET YIIYUIIEHUIO TTPOrHO3a
y 6osbHBIX ¢ MB.

UAarHOCTUKA, BO3MOXHOCTH Tepariu.
Bpau 2006;(4):12—6.

4. Nemeth K., Fekete G., Kiss E. et al.
Analysis of five CFTR mutation in
Hungarian cystic fibrosis patients. J Jnherit
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YHTATENNK!

APTPUT —
BONE3HHU~».

OpuUrHHanbHoOE

A.A. Knumenko, J[.A. Anuukos, B.T. Tumoghees, E.D. MaxHoips.

PeBMaToMIHBIN apTPUT — IIEHTPaAIbHAS ITPOOJIeMa COBPEMEHHOI peBMAaTOJIOTHH,
YTO OOYCJIOBJIEHO €T0 3HAYUTETHbHOI PacIPOCTPAHEHHOCThIO, TEHICHIINEN K He-
YKJIOHHOMY TIPOTPECCUPOBAHMIO U YaCThIM MHBAIMIN3NPOBAHUEM, OCOOCHHO B
MOJIOZIOM, TPYIAOCITOCOOHOM Bo3pacte. PaHHee Ha3HaueHUe 6a3MCHOM MPOTUBO-
BOCITAJIUTEJIBHOM TepaImiu CIIOCOOHO 3HAYMTEIPHO YIyUIIUTh UCXOIbI 3a00IeBa-
Hus1. B KHUTE paccMaTpUBaIOTCS STUOJOTHS M MATOI€HE3 PEeBMATOMIHOTO apTpH-
Ta, BOIPOCHI KIMHUKY U TUaTHOCTUKH, OCHOBBI COBPEMEHHOTO JICYCHUST, IIPUBO-
NISITCSI IPUMEPBI (hOPMYIMPOBKY KIIMHUIECKUX TUATHO30B.

KHura npenHasHauyeHa UIsl peBMaTOJOTOB, HEBPOJIOTOB, (DM3MOTEPareBTOB U Te-
pareBTOB CTAllMOHAPOB U MOJUKIMHUK, aCIIMPAHTOB, OPAMHATOPOB U CTYICHTOB
CTaplIuX KypcoB MEIMIIMHCKUX BY30B.
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¥ arodeR Kaarennode seKa
AR MM,

=
-
xXZ
=X
p
o
E
e
%]
o

Croumoctb KHurd — 150 pyo0., ¢ nouroBbivu pacxogamu — 160 pyo.
3aka3aTb KHUTY MOXHO Ha caiite www.abvgrp.ru
u 1o Ten. (495) 252-96-19.
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